INTRODUCTION {#sec1-1}
============

Lymphangioma circumscriptum (LC) is a benign lymphatic malformation characterized by dilation of lymphatic vessels in the skin and subcutaneous tissue.\[[@ref1]\] These abnormal lymphatic malformations do not communicate to the normal lymphatics.\[[@ref2]\] The exact cause of LC is unknown. It can be congenital or acquired due to damage of lymphatic vessels of various etiologies. LC is commonly found in chest, mouth, axilla and tongue.\[[@ref1]\] Vulva is an uncommon site for LC. Till date, only a few cases of LC of vulva have been reported in the literature. We intend to report a case of LC of vulva in a 60-year-old female presented with multiple warty papular lesions of vulva.

CASE REPORT {#sec1-2}
===========

A 60-year-old woman attended to obstetrics and gynecology outpatient department of our medical college with multiple asymptomatic wart-like lesions over vulva and mons pubis. There was no history of burning, pruritus or associated pain. According to the patient, the lesions had developed since 4-5 years. There was no history of pelvic surgery, prior chemotherapy, gastrointestinal disease or tuberculosis. On examination, multiple warty lesions are seen ranging from 3-10 mm in size in the vulva and mons pubis. Abdominal and pelvic ultrasonography (USG) were done and were normal. Routine blood examination was normal except mild leucocytosis. With a clinical differential diagnosis of wart, molluscum contagiosum and lymphangioma, biopsy was taken from lesion and sent to us for histopathological evaluation.

Hisopathological examination revealed acanthosis and hyperkeratosis of epidermis with numerous dilated lymphatic channels containing eosinophilic proteinous material in the epidermis and papillary dermis \[[Figure 1](#F1){ref-type="fig"}\]. Thus a diagnosis of LC was confirmed. Patient underwent surgical procedure with removal of vulva and involved area with 3 cm in depth. After surgery, the sample was sent to pathology department for further examination \[[Figure 2](#F2){ref-type="fig"}\]. Histopathological examination once again confirmed the diagnosis of LC and the resected margins were clear. There was no evidence of malignancy. The patient was followed up for 1 year and there was no sign of recurrence during this period.

![Histopathological section of the lesion showing typical features of lymphangioma circumscriptum with acanthosis and hyperkeratosis of the epidermis along with numerous dilated lymphatic channels in the epidermis and papillary dermis containing eosinophillic proteinous material. \[H and E, × 100\]](JMH-6-91-g001){#F1}

![Gross resected specimen showing multiple warty popular lesions in the vulva](JMH-6-91-g002){#F2}

DISCUSSION {#sec1-3}
==========

Lymphangiomas are congenital malformations of the lymphatic system that usually involve skin and subcutaneous tissue.\[[@ref3]\] Lymphangioma can occur at any age but majority are seen in children. They can be divided into superficial (Lymphangioma circumscriptum), deep (Lymphangioma cavernosum) and cystic (Cystic hygroma) varieties. LC is a distinct form of lymphangioma that is localized to the skin and subcutaneous tissue. It was first described by Fox and Fox in 1879 as lymphangiectodes and later on renamed to lymphangioma circumscriptum by Morris in 1889.\[[@ref3]\] Clinically it manifests as pseudovesicles, which bluge on the skin and hyperkeratosis may give rise to warty appearance.\[[@ref4]\] They contain a clear, yellow or pink coloured fluid depending on the extent of blood content. Histology of LC shows dilated lymphatics in the epidermis and the papillary dermis. They are lined by flat endothelial cells and the dilated lymphatics contain red and white blood cells.\[[@ref2]\]

The exact aetiology of LC is unknown. However various growth factors such as vascular endothelial growth factor-C (VEGF-C) and VEGF-D and their receptors on the lymphatic endothelial cells may have a role in the mechanisms that controls the development of LC.\[[@ref5]\] Various classification systems are used to classify LC, out of which the classification made by Peachey *et al.*, is widely used.\[[@ref6]\] He divided LC into two main forms: Classic and localized. The classic form usually appears at or soon after birth and usually involves proximal limbs. The classic form of LC is thought to derive from muscular lymphatic cisterns which have failed to segment during embryonic development.\[[@ref7]\] They usually appears as vesicular and do not progress into warty plaque. On the contrary, localized form is seen in any age and has no site predilection. Again, LC can be divided into congenital and acquired form. Congenital LC stems from local malformation of lymphatics and manifest at birth or before 5 years of age.\[[@ref8]\] Acquired forms of LC occurs secondarily due to obstruction of lymphatics and can manifest at any age. The acquired form occurs more commonly in the vulvar region than any other regions of the body and the most common causes includes pelvic surgery, radiation therapy, infection such as tuberculosis, Crohn\'s disease etc.\[[@ref9]\] Although our case seems to be an acquired case,; we do not find any etiological association. The lesions were present for 4-5 years and history including investigations fails to pin-point any associated cause.

Vulva is an uncommon site for LC. As the clinical presentation of LC may vary from psedovesicles to nodules or wart-like lesions, correct clinical diagnosis is usually not possible. Most common differential diagnosis includes genital warts, herpes zoster, molluscum contagiosum and even leiomyoma.\[[@ref10]\] Biopsy and histopathology provides the correct diagnosis. Apart from cosmetic concerns, LC may cause some complications that includes swelling and pain in vulva, recurrent cellulitis and psychosexual dysfunction.\[[@ref11]\] Malignant transformation of LC is rare and usually related to radiotherapy which has been previously performed at the sites of LC.\[[@ref3]\]

There is no standard therapy for LC. As there is no medical treatment, the traditional treatment is surgical removal. However, surgery may sometimes fail and early recurrence is common.\[[@ref7]\] Other treatment options include scelotherapy, cryotherapy, superficial radiotherapy, pulsed dye laser, intense pulse light and electrocautery.\[[@ref7][@ref12]\] Other treatment modality includes vaporization with CO~2~ laser and it usually yield acceptable cosmetic results.\[[@ref13]\] Treatment with Nd: YAG laser has also been tried with good outcomes.\[[@ref14]\] Newer treatment options also include electrodessication of the lesion which has been tried following failure of pulsed dye laser with significant improvement.\[[@ref15]\] However, we opted for the traditional surgical removal after explaining to the patient, as we do not have newer treatment facilities. Fortunately, there is no evidence of recurrence after one year of follow-up.

Lastly, we have reported this case because of its rare site of presentation. Thus, although rare; LC should be kept in mind in the differential diagnosis of any warty lesions involving vulva.
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